A 74-year-old man with an occult carcinoma of the colon developed pigmentation ofthe mouth and penis typical of the Peutz-Jeghers syndrome as the first manifestation of bilateral diffuse uveal melanocytic proliferation. The simultaneous appearance of extraocular pigmented lesion and those in the uveal tract of both eyes of this patient provides further evidence that bilateral diffuse uveal melanocytic proliferation may be caused by activation of occult melanocytic naevus cells in response to either a hormone-producing carcinoma or to some other common oncogenic stimulus.
Bilateral diffuse uveal melanocytic proliferation (BDUMP) is a paraneoplastic disorder causing visual loss in both eyes of patients with systemic, often occult carcinomas." It is characterised by the development of (1) multiple subtle round and oval subretinal red patches that angiographically show a striking pattern of early hyperfluorescence; (2) multiple, slightly elevated, pigmented and non-pigmented, uveal melanocytic tumours, as well as evidence of diffuse thickening of the uveal tract; (3) exudative retinal detachment; and (4) rapid development of cataracts. The uveal melanocytic infiltration is composed of predominantly benign naevus cells. Metastasis of the uveal tumour has not been reported. Death caused by metastatic carcinoma usually occurs within 12 to 24 months. The cause of the ocular changes is unknown, and treatment is ineffective.
This report concerns a patient whose first sign of the BDUMP syndrome was the development of hyperpigmented patches on the mucous membranes of the mouth and penis in a pattern typical for the Peutz-Jeghers syndrome. It is the first report of simultaneous development of nonocular pigmentation in a patient with BDUMP.
were instituted but were discontinued after a total dose of 3780 R to the abdominal area and after three intravenous injections of 800 mg 5-fluoro-2,4 (1H, 3H)-pyrimidinedione because of severe gastrointestinal symptoms. The patient noted progressive loss of vision in both eyes. In September 1988 cataract extraction failed to improve his vision.
When seen here in January 1989 he had multiple bluish brown macules of the mucous membranes of lips and mouth. They were most prominent on the inferior lip and hard palate (Fig 1) . Similar lesions were present on the mucous membranes and skin ofthe penis (Fig 2) . His family history was unknown. Visual acuity in the right eye was 1/200, left eye 20/60. There was 1+ episcleral injection bilaterally. Intraocular pressure was 10 mm Hg bilaterally. Funduscopic examination revealed ciliochoroidal elevation superiorly and temporally in both eyes. There were three slightly elevated pigmented choroidal lesions of 1 to 1-5 disc diameter size in the midperiphery of both eyes (Fig 3) . There was a reticular pattern of hyperpigmentation and depigmentation ofthe pigment epithelium that was most evident in the macula and inferior fundi. Serous detachment of the retina was present inferiorly in the right eye.
Angiography revealed a reticular pattern of non-fluorescence on a background of marked hyperfluorescence throughout the posterior fundus and midperiphery of both eyes (Figs 4, 5) . An Malignant change in the gastrointestinal polyps occurs in 2-3% of patients. 8 Our patient had an occult rectosigmoid adenocarcinoma when he developed pigment oval and penile lesions that had the typical clinical and histopathological appearance of Peutz-Jeghers syndrome. Excision of the colon tumour was followed by rapid development of the typical sequence of signs and symptoms of BDUMP, including visual loss, cataracts, ciliochoroidal detachment, widespread damage to the pigment epithelium and outer retina, appearance of multifocal pigmented uveal tumours, and secondary retinal detachment. Presumably the stimulus for development of multifocal pigmented choroidal lesions and the mucocutaneous lesions was the same. Pigmented choroidal lesions developed over several months and then stabilised in spite of the patient's continuing loss of vision that was associated with progressive pigment epithelial damage and eventually secondary retinal detachment. Simultaneously, the pigmented macules of the mucous membranes and the skin stabilised.
Activation of pre-existing naevus cells by a hormone-producing carcinoma is one of the theories to explain the appearance of multifocal pigmented lesions on a background of selflimited, diffuse, amelanotic melanocytic proliferation throughout the uveal tract of patients with BDUMP. '4 There is histopathological evidence that development of the pigmented lesions may be more a product of cancer-induced melanin production and melanocytic necrosis than active cellular proliferation. 
